Introduction
The malignant peripheral nerve sheath tumour (MPNST) is the malignant counterpart to benign soft tissue tumours such as neurofibromas and schwannomas. Malignant triton tumour (MTT) is a histological variant of MPNSTs with rhabdomyosarcomatous differentiation. MPNSTs are known to develop in cases of neurofibromatosis type 1 (von Recklinghausen's disease, NF-1) and sometimes occur in the retroperitoneal space. There are few reports of MTTs developing in the retroperitoneal space. We report an extremely rare case of MTT developing in the retroperitoneal space which is not associated with NF-1.
Case Report
A 62 year old male presented with complaints of a palpable lump in the left upper abdomen of 3 months duration which was gradually increasing in size and difficulty in swallowing food for 2 months. General examination revealed no abnormalities with no signs of neurofibromatosis. On investigation, routine blood and urine tests were normal. Plain chest radiograph showed a moderate pleural effusion on the left side. Ultrasonography of the abdomen showed a hypoechoic mass to the left of the abdominal aorta, displacing the spleen antero-superiorly and the left kidney postero-inferiorly. Computed Tomography Scan showed a retroperitoneal mass of about 10.5×7.8× 6.2 cm. Rest of the findings were consistent with the ultrasonography findings. Fine needle aspiration cytology of the tumour showed spindle cell tumour. A provisional diagnosis of retroperitoneal liposarcoma or a spindle cell tumour was made and the patient was posted for exploratory laparotomy.
The retroperitoneum was reached through a transperitoneal approach. The tumour was identified and seen approaching the abdominal aorta on the left side and the spleen (Fig. 1) . The adhesions were released and the tumour removed en bloc. The left kidney was seen embedded in the tumour and hence a nephrectomy was necessary. Splenectomy was necessary as the tumour was encroaching the spleen.
The specimen was sent for histopathological examination which gave a diagnosis of 'high grade MPNST of triton type' (Fig. 2) .
Post-operative period was uneventful. The patient is free of the disease 1-year after resection with no evidence of recurrence on ultrasonography.
Discussion
MPNSTs are known to arise from major and minor peripheral nerves or within pre-existing neurofibromas, and approximately 50% of patients with MPNSTs have NF-1 [1, 2] . NF-1 is an autosomal dominant disorder characterized by café-au-lait spots, cutaneous neurofibromas, skeletal dysplasias, Lisch nodules, and sometimes malignant tumours. The precise cell of origin of MPNSTs has not yet been conclusively identified, although the Schwann cell is thought to be the major candidate cell. The capacity of MPNSTs to undergo focal divergent differentiation is well known, and tumours showing rhabdomyosarcomatous differentiation, referred to as MTTs, are identified in approximately 12% of patients with MPNSTs [1] . Woodruff et al. [3] reported a series of ten cases of malignant schwannoma with rhabdomyoblastic differentiation, which they were the first to refer to as MTTs. The average age of patients with MTTs is 31.7 years and these tumours occur with approximately equal frequency in males and females [4] . The reported incidence of MTTs occurring in association with NF-1 is in the range of 44-69%. The 5-year survival rate of patients with MTTs is 12-26% [4] . The reason for the more aggressive behaviour of MTTs than classic MPNSTs still remains unclear. MTTs occur predominantly in the trunk, head and neck, and lower extremities [5] . According to a review of 75 cases of MTTs by Yakulis et al. [4] the tumour was located in the retroperitoneum in only one case (1.3%), as seen in our case. All the three cases of MTTs developing in the retroperitoneal space reported so far, and our case, presented with a huge abdominal mass, since these retroperitoneal tumours are often asymptomatic in the earlier stages [4, 6] . Like most soft-tissue sarcomas, MTTs traditionally are insensitive to chemotherapy and radiotherapy. However, several authors have reported recently that repeated resection combined with chemotherapy and/or radiotherapy against recurrent MTTs might prolong the survival in patients with MTTs [7, 8] .
Conclusion
This case is the fourth case reported in literature on the development of MTT in the retroperitoneum that is not associated with a history of NF- a high malignant potential, and hence patients with NF-1 should be followed-up periodically.
